Nevertheless, the history and physical examination remain the cornerstones of diagnosis for children with muscle disease.
MEDICAL

AND DEVELOPMENTAL HISTORY
Most children with muscle disease have weakness, muscle wasting or enlargement, deformities, or pain. Whenever possible, open-ended questions should be directed to the child; more often, the physician must rely on history given by the parents or guardians.
In taking the history, it is important to seek answers to three questions:
(1) When did the symptoms begin?; (2) Is the disease static or progressive?;
and (3) and parasitic muscle infestation are typically painful. It should be noted that dermatomyositis has a characteristic skin rash and that many connective tissue disorders are associated with painful joints. Other neuromuscular diseases of acute onset, such as polyradiculoneuropathy and anterior poliomyelitis, also cause myalgia, paralysis, and wasting.
Weakness or pain following exercise is a feature of certain metabolic Having obtained a detailed history, the clinician is often able to approach the physical examination armed with specific diagnostic hypotheses.
PHYSICAL EXAMINATION
Examination should begin as the patient enters the office, noticing pos- The serum creatine kinase value may remain elevated after the disease is in remission.
As with serum creatine kinase, the increment of the serum aspartate transaminase, alanine aminotransferase, and lactate dehydrogenase concentrations reflects the egress of these proteins through defective muscle fiber membranes.
When autoimmune myasthenia Findings on electromyography depend on activity and duration of disease process and are rarely specific. goes undetected, but electromyographic studies will be abnormal in that parent.
Scapuloperoneal Dystrophy
Closely related to facioscapulohumeral dystrophy, scapuloperoneal dystrophy has clinical features that may overlap with the former. Typically, the peroneal and anterior compartment muscles of the lower limbs are first affected. The first sign is foot drop followed by upper limb weakness. The face is spared.
Both autosomal dominant and X-Iinked recessive patterns of inheritance have been described.
Emery-Dreifuss Dystrophy
This disease of X-linked recessive inheritance is a humeroperoneal muscular dystrophy and is better known as Emery-Dreifuss dystrophy.
In addition to the muscular wasting and weakness involving the periscapular, upper and lower limb muscles, the patients develop striking contractures at the elbows at an earlier stage than one would anticipate merely as a consequence of weakness and reduced mobility. Contractures of the of the palpebral levators, and the extraocular, facial, tongue, masticatory, palatal and pharyngeal muscles is manifested by ptosis, diplopia, facial diplegia, dysarthria, difficulty chewing, and dysphagia. There is no sensory deficit, muscle wasting is rare, and the deep tendon reflexes are preserved.
The physician may be able to fatigue the affected muscles by exercising the patient and thus detect the weakness.
The diagnosis of myasthenia gravis may be confirmed with a combination of tests, outlined in Table  1 rather than its exotoxin, as occurs later in life. Honey has been most often implicated in carrying the spores into the infant's intestinal tract still free of normal flora.
The infants' first symptoms are lethargy and constipation. Later, symptoms include difficulty feeding and weak cry. Paralysis of the pupillary sphincter causing mydriasis is a clue to the diagnosis of infantile botulism. Respiratory muscle weakness may occur. Confirmation may be achieved by demonstrating the presence of the C botulinum in stools, or of botulin in serum. Electrophysiologic study of muscle shows an incremental response to repetitive stimulation at high frequencies. Treatment is supportive.
INFLAMMATORY MYOPATHIES
The prototype of this group of disorders in children is dermatomyositis, an autoimmune disorder characterized by predominantly proximal muscle pain and weakness, associated with a characteristic rash of the face and extensor surfaces of the limbs. In severe cases, there are subcutaneous deposits of calcium that may A number of other inflammatory myopathies have been described, including eosinophilic fasciitis, inclusion body rnyositis and sarcoid myopathy. All of these are seen rarely, if ever, in children.
METABOLIC MUSCLE DISEASES
The biochemical machinery that maintains the integrity of the muscle cell as well as generating energy for muscular contraction is complex, and a defect at any stage of this process may produce muscular weakness. Table 2 .
A variety of uncommon primary diseases of muscle are grouped under these names. The congenital dystrophies are degenerative disorders with onset at birth or soon after. Their features are summarized in Table 11 . In contrast, the congenital myopathies are a relatively benign group of disorders characterized by hypotonia at birth, static or very slowly progressive proximal weakness and areflexia. Dysmorphic features are present in some cases. The clinical features of the diseases most often reported are summarized in Table 12 .
MYOTONIC DISORDERS
These disorders share the common feature of myotonia-that is, prolonged relaxation of muscle following voluntary or reflex contractions. There is some overlap with other categories: myotonic dystrophy with the muscular dystrophies and paramyotonia congenita with hyperkalemic periodic paralysis. Details are summarized in Table 13 ( Fig 5) .
